INTRODUCTION
Synonyms: "Begnez Cesar's Syndrome", oculocutaneous albinism with leucocytes defect & Chediak Steinbrinck syndrome.
Chediak higashi Syndrome (CHS) is a rare autosomal recessive multisystem disorder with a defect in granule morphogenesis with giant lysosomes in leucocyte and other cells. 
DISCUSSION
CHS is rare AR disorder with a defect in granule morphogenesis with giant lysosomes in leucocytes mainly in neutrophils and other myeloid series cells, and less commonly in Lymphocytes, monocytes and rarely in erythroid series cell. Here in this case also Patient was aged 1½ years & typically presents with generalised Lymphodenopathy, Massive Hepatosplenomegaly, albinism on Lower limb, PT, PPT is typically high which is due to storage pool disease. It was clinically diagnosed as Acute Leukemia/ Storage disease.
The diagnostic hallmark of CHS is presence of giant purple to blue violet inclusions in leucocytes 12. In this study granules are more prominent in Bone marrow than in PBS correlating well with previous studies. The leucocytes shows prominent heterogeneous liliac to purple giant inclusion like granules often multiple in number in BM and PBS. These inclusions were very similar to granules mentioned in other studies. 3, 5 There was no Lymphohistiocytic infiltration in this case. The patient often has agranulocytosis with Absolute neutrophil count (ANC) = 500 -2000/ mm 3 . These are because abnormal myeloid precursors are destroyed before leaving bone marrow. 1 In this case also ANC was around 1000/mm. These granules are deficient in antimicrobial activity (Cathepsin and Elastase), Delayed degranulation and impaired chemotaxis.
In this study giant inclusion where noted in neutrophils, other myeloid cells, lymphocytes monocytes and were more prominent in BM. 2 
CONCLUSION
Approximately 85% of the cases of CHS culminates into Accelerated phase showing Lymphohistiocytic infiltration progressing to pancytopenia and death due to infection.
The very rare nature of this disease and its grave prognosis merits its reporting.
